An 18-year-old female presented with gradually progressive reduced vision in both eyes for 8 years. Her BCVA was 20/125p, N18 and 20/200, N18 in right and left eye respectively. The fundus examination showed scalloped areas of choroidal and retinal atrophy with a macular hole \[Fig. [1a](#F1){ref-type="fig"} and [b](#F1){ref-type="fig"}\]. Optical coherence tomography (OCT) showed epiretinal membrane and lamellar hole in both. The left eye had different separation planes of outer and inner layers \[Fig. [1c](#F1){ref-type="fig"} and [d](#F1){ref-type="fig"}\]. The plasma ornithine level was raised (554.68 mmol/ml). Gyrate atrophy with a lamellar macular hole was diagnosed and the patient underwent sequential internal limiting membrane peeling with inverted flap for hole closure. Ornithine restricted diet and pyridoxine supplement was advised. At 8 months follow-up, the BCVA was maintained and the OCT showed closed holes \[Fig. [1e](#F1){ref-type="fig"} and [f](#F1){ref-type="fig"}\]. The macular hole in this case is due to probable de-roofing of cystoid spaces. They are a rare finding in gyrate atrophy.

![Widefield fundus photos (a: Right eye; b: Left eye) showing areas of choroidal and retinal atrophic areas with scalloped margins 360° with macular hole. Pre-operative OCT of the right eye showing a macular pseudo hole with disorganized outer retinal layers at the base (c) and OCT of left eye showing a full-thickness macular hole with different separation planes of outer and inner layers (d). One-month postoperative OCT of the right eye showing closed hole (e) and a closing macular hole with ILM flap in the left eye (f)](IJO-68-652-g001){#F1}
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